In 1955 Jeune and his co-workers described two sibs with what they termed 'dystrophie thoracique asphyxiante de caractere familial ', We report the necropsy findings in seven newborn
Received for publication 25 January 1984. Accepted for publication 11 July 1984. infants with Jeune's asphyxiating thoracic dysplasia (JATD), which emphasise the systemic nature of this autosomal recessive disorder at birth.
Materials and methods
The necropsy findings in seven cases of Jeune' The portal changes were seen in all the. cases, and could even be appreciated in the autolytic liver of the stillborn. Vacuolation of hepatocellular cytoplasm was observed in three cases. Mildlv to moderately increased iron in hepatocytes, confirmed by iron stain, was found in a predominantly periportal distribution in all cases, and a trace of periportal hepatocellular iron could be detected in the autolytic liver of the stillborn.
To a varying degree, microscopic cystic changes were seen in the kidneys in all seven cases, although Heart disease is less often recognised in patients with JATD, but pulmonary hypertension and cor pulmonale may be late complications of long standing pulmonary obstruction.27 Right ventricular hypertrophy,18 congestive heart failure,5 1)) 28 murmurs,29 and subendocardial fibroelastosis'9 have been reported. Congenital heart defects are uncommon.
Portal fibrosis and bile duct proliferation have been occasionally described in previous necropsy reports of patients with JATD. ' 
Addendum
The mother of case 5, pregnant at the time the manuscript was submitted, has had a second affected infant.
